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Primary cardiac tumors are rare with a reported prevalence of 0.01e0.02% based on pooled
autopsy series. Although most mobile cardiac tumors arising from the interatrial septum
and extending into the atria are thought to be benign myxomas, this may often not be true.
Myxoid fibrosarcomas which in contrast to myxomas are malignant cardiac tumors often
mimic the clinical and echocardiographic picture of atrial myxomas. We describe a rare
entity of biatrial low-grade myxoid fibrosarcoma presenting in an adult patient as a but-
terfly shaped mass, with progressive shortness of breath and prolonged PR interval on the
ECG that was pre-operatively thought to be a cardiac myxoma. The distinguishing echo-
cardiographic features of the two entities are discussed.
Copyright ª 2013, Cardiological Society of India. All rights reserved.1. Introduction
Primary sarcomas of the heart are rare and constitute less
than 25% of primary cardiac tumors.1 Angiosarcomas are the
commonest variety of sarcomas, with the right atrium being
the most frequent site of occurrence.1,2 Myxoid fibrosarcomas
are amongst the rarer variety of cardiac sarcomas, and in
contrast to the usual cardiac sarcomas, are more common in
the left side of the heart.We describe an extremely rare case of
biatrial low-grade myxoid fibrosarcoma, presenting as a but-
terfly shaped mass, with progressive shortness of breath and
prolonged PR interval on the ECG that was pre-operatively
thought to be a cardiac myxoma. The distinguishing echo-
cardiographic features of the two entities are discussed.0; fax: þ91 0522 2668073.
. Kapoor).
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The patient was a 48-year-old non-diabetic, non hypertensive,
non-smoker male who presented with gradually progressive
dyspnea on exertion with intermittent fever off and on for the
last six months. The patient was presently in NYHA Class II
and denied any hemoptysis, orthopnea, paroxysmal
nocturnal dyspnea or features suggestive of peripheral em-
bolism. Hewas of average built, with a resting pulse rate of 78/
min, BP of 120/70 mmHg and respiratory rate of 18/min; the
jugular venous pressure was normal. Cardiovascular exami-
nation revealed a grade III/VI pansystolic murmur heard best
at the cardiac apex and radiating to the axilla. The respiratory
system and abdominal examination were normal.ty of India. All rights reserved.
Fig. 2 e Microphotograph showing low-grade malignant
neoplasm composed of fascicles of mildly anisomorphic
plump oval to spindle shaped cells having hyperchromatic
in a background of myxoid stroma (H&E stain original
magnification 2003).
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frontal QRS axis and a prolonged PR interval of 0.36 msec. The
Chest X-ray was normal. Trans-thoracic 2D echocardiography
revealed a mobile mass visible in both the left and right
atrium, closely attached to inter-atrial septum and producing
moderate mitral and tricuspid regurgitation (Fig. 1, Video 1). A
possibility of biatrial cardiac mass (most possibly atrial myx-
oma, in view of appearance of attachment to the inter-atrial
septum) was entertained and the patient referred for urgent
cardiac surgery. At surgery, a diffuse grayish white mass with
a hard consistency was found; it was found attached to the
inter-atrial septum and extending across the septum, exten-
sively into both the atria, without apparent involvement of the
atrio-ventricular valves. In view of the extent of themass, and
that curative resection was deemed impossible, debulking
was done and a biopsy was taken. The patient made an un-
eventful recovery and was discharged a week later.
Supplementary data related to this article can be found
online at http://dx.doi.org/10.1016/j.ihj.2013.11.002.
Subsequent histopathological examination revealed a
tumor infiltrating cardiac muscle fibers; the tumor was
composed of fascicles of plump, oval to spindle shaped cells
displaying hyperchromatic nuclei with mild to moderate nu-
clear pleomorphism and moderate amount of eosinophilic
cytoplasm. The stroma was fibrous with myxoid areas in
places; mitotic figures were infrequent and no evidence of
necrosis was seen (Fig. 2). The tumor cells were noted to be
immune-reactive for vimentin and smoothmuscle actin (ki-67
index 2%). A final diagnosis of biatrial low-grade myxoid
fibrosarcoma was made.3. Discussion
Amongst the malignant primary heart tumors, sarcomas are
reportedly the most common.1,2 Although the precise histo-
logical classification of sarcomas is often difficult, angio-
sarcomas are known to be the most frequent of the cardiac
sarcomas, followed in order of frequency by undifferentiated
sarcomas, osteosarcomas, fibrosarcomas, leiomyosarcoma
and rhabdomyosarcoma.2,3 Most cardiac sarcomas originateFig. 1 e Trans-thoracic 2D echocardiography revealed a
large mobile mass visible in both the left and right atrium,
seen attached to interatrial septum.from the right side, but myxoid fibrosarcomas (a rare variety
of primary cardiac sarcoma) are usually left sided in origin2
Although atrial myxofibrosarcomas have been reported pre-
viously both as an isolated entity and involving both the right
atrium and ventricle,4,5 biatrial myxoid sarcoma, as reported
in our case, has to the best of our knowledge not yet been
described in literature.
Myxoid sarcomas often closely mimic the clinical and
echocardiographic appearance of left atrial myxomas. Clinical
presentation of these tumors often depends on the site of the
mass and degree of obstruction or compromise to surrounding
structures with symptoms secondary to valvular obstruction,
embolism, and local invasion, resulting in pericardial effu-
sion, arrhythmias or systemic manifestations.
Although features on echocardiography including non-
septal origin with broad attachment to the atrial wall, pres-
enceofmultiplemassesandevidenceof local invasionfavor the
diagnosis of sarcoma, it is not unusual to preoperatively di-
agnose these tumors as atrialmyxoma, as also happened in our
case.6,7Onhistopathology,myxoid sarcomas,unlikemyxomas,
are reported to be more cellular, demonstrate greater mitotic
activity and often lack calcification and “lepidic cells”.2
In contrast to patients with extra-cardiac sarcomas, the
long-term survival for those with cardiac sarcomas, despite
surgery is poor, mainly due to the difficulty in completely
resecting the tumor, proximity to vital structures and local
invasiveness.8,9Widesurgical excisionremains theonlyproven
therapy,which improves thesymptomsandoffers thepotential
for long-termsurvival inselectedpatients.Althoughacomplete
resectionmay be considered, if themass appears anatomically
resectable, with no evidence of spread, usually the reported
median survival is approximately 11 months.2,5 Even though
the initial resultsof surgeryareencouraging, long-termsurvival
remains unfavorable, despite adjuvant chemo-radiotherapy,
usually due to local or systemic recurrence.10,11
Survival rate is thought to be more favorable for left sided
tumors (perhaps related to their being detected earlier) and
i n d i a n h e a r t j o u r n a l 6 6 ( 2 0 1 4 ) 3 7 2e3 7 4374those demonstrating low mitotic count and minimal necrosis
on histopathology.2 Though our case exhibited infrequent
mitotic figures and no significant necrosis, at surgery themass
was found to be too extensive and not deemed suitable for
complete resection.4. Conclusion
We report an extremely unusual case of biatrial low-grade
myxoid fibrosarcoma presenting as a butterfly shaped mass.
It is important to remember that these cardiac tumors may
often be pre-operatively mistakenly diagnosed as atrial myx-
omas, which have a much more favorable prognosis as
compared to primary cardiac sarcomas.
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